resulted in an anencephalic. She was considered to be at a 1 in 25 risk of producing a second child with a neural tube defect. The parents were not blood relatives. At 17 weeks' gestation, the amniotic fluid alphafetoprotein level was 155 ,g/ml (normal range, 6 to 43 ug/ml), but the liquor was fairly heavily contaminated with fresh red blood cells, which a Kleihauer test showed to be fetal in origin. The maternal serum alphafetoprotein level was 200 ng/ml (95th centile, 115 ng/ml). At 181 weeks' gestation the amniotic fluid AFP level was 150 ug/ml (normal range, 6 to 25 pug/ml). The liquor was brown in colour and contained a few fresh red blood cells, of which approximately 20% were fetal. The The non-macerated male fetus weighed 270 g and had a crown-rump length of 15.5 cm. There was microcephaly and an open occipital encephalocele through which meninges were protruding. There was micrognathia, the tongue was not developed anteriorly, and the ears were simple and low set. There was ocular hypertelorism and an antimongoloid slant to the eyes. There were six fingers on each hand and six toes on each foot; in all cases the extra digit was on the post-464 axial border. The fingernails were normal. There was bilateral talipes equinovarus and flexion deformities and minimal shortening of the distal segments of all limbs. The ulnae and tibiae were dysmorphic and the femora were bowed. The external genitalia were hypoplastic. The kidneys were enlarged approximately three times, they were polycystic and lacked fetal lobulation. The brain (examined by Dr J. PryceDavies, Queen Charlotte's Hospital) was abnormally small with malformed cerebral hemispheres showing irregular neuroblastic migration and poorly defined lateral ventricles. There was diastematomyelia of the lumbar spinal cord.
The parents were unrelated, healthy, non-Jewish, Caucasians.
Discussion
The partial limb reduction and polydactyly in these cases suggested that the Ellis-Van Creveld syndrome, which can also be diagnosed prenatally (Mahoney and Hobbins, 1977) , should be considered as a differential diagnosis. However, this was rejected because the dwarfing of the distal part of the extremities was not severe, and there was no fingernail dystrophy. Furthermore, the three cardinal features of Meckel syndrome-encephalocele, polydactyly, and polycystic kidneys-were present, together with other malformations often associated with this condition, cleft palate, micrognathia, microphthalmia, and hypoplastic genitalia.
The three cases of Meckel syndrome of this laboratory were the fourth, fifteenth, and thirty-fifth abortuses, respectively, in a series of 35 fetuses which had been selectively terminated because of markedly raised AFP levels in the amniotic fluid. All other fetuses had straightforward anencephaly and/or spina bifida. Holmes et al. (1976) studied 88 000 births in Boston from 1958 to 1972 and found 106 stillborn or liveborn infants with neural tube defects. Among these were five cases of Meckel syndrome, of which two were Jewish. This gives an overall incidence of 1 in 17 600 births, but this may be an artificially high estimate, for the total was derived from the hospital births of Boston and the abnormals from the whole population of the area. Fried (1973) suggested a minimum prevalence amony Jews in Israel of 1 in 50 000.
The incidence of Meckel syndrome in the population studied here, which basically covers the south of England and includes relatively few Jews, could be of the order of 1 in 140 000 pregnancies. This is calculated taking into account the various recurrence risks of each of the 35 women. However, because of the very small numbers involved, the 95% Kimball et al. (1977) , where there were two cases out of 32 (6.25%), though both derived from a prenatal population, agree with the observations of Holmes et al. (1976) .
Such figures are not negligible, and emphasise the need for a careful examination of all products of conception where there is a neural tube defect present, particularly those fetuses selectively aborted after prenatal diagnosis, to identify the lesions which form part of a syndrome, the inheritance of which is different from neural tube defects alone, and where the recurrence risk is much higher.
